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Background:  A double-chamber right ventricle (DCRV) is a rare congenital cardiac defect in which the right ventricle (RV) is divided into 
a proximal high and a distal low pressure chamber. This disorder typically presents in childhood and is often accompanied by a ventricular 
septal defect (VSD). Rare cases presenting in adults could be secondary to pathology that develops as a result of turbulent VSD flow 
causing hypertrophy of muscular tissue within right ventricle outflow tract (RVOT).
case:  A 41 year old African American female with history of hypertension presented with dyspnea on exertion worsening over one 
month. Physical examination revealed a 4/6 holosystolic murmur auscultated throughout the precordium. A transthoracic echocardiogram 
(TTE) showed a normal left ventricular ejection fraction, a 12mm perimembranous VSD, RVOT obstruction with a peak pressure gradient 
of 68mmHg, severe tricuspid regurgitation and normal RV systolic function. A transesophageal echocardiogram with color doppler 
demonstrated a left-to-right VSD jet directed at the site of the RVOT obstruction. Right Heart Catheterization revealed normal pressure 
in pulmonary artery (18/5mmHg) and RVOT (18/6mmHg) but high pressure in RV apex (90/6mmHg) confirming diagnosis of DCRV. 
Subsequently, patient underwent successful surgical resection of the hypertrophic RVOT trabecular region and VSD closure, hence 
eliminating the obstruction and its likely cause. At a 6 month follow-up visit, the patient remains asymptomatic.
conclusion:   While most cases of a double-chamber right ventricle are diagnosed in the pediatric population, it may occasionally present 
in adult patients with symptoms of exercise intolerance. The turbulent flow from VSD may act as a stimulant for hypertrophic changes of 
the trabeculae in RVOT resulting in DCRV. Serial TTEs should be utilized to follow conservatively managed VSDs to aid in early diagnosis 
of pathologic hemodynamic changes in RV. Also DCRV maybe misdiagnosed as pulmonic stenosis on routine TTE, hence a thorough 
assessment should be done for associated congenital lesions. A transesophageal echocardiogram and right heart catheterization should 
guide proper diagnosis and management.
